Explanation: The clinical description strongly favors the possibility of hyperekplexia, a rare autosomal dominant genetic disorder of the glycine receptor characterized by an exaggerated persistent startle reaction to unexpected auditory, somatosensory and visual stimuli, generalized muscular rigidity, and nocturnal myoclonus. Clonazepam, a gamma aminobutyric acid (GABA) receptor agonist, is the treatment of choice for hypertonia and apneic episodes. Vigevano maneuver with forced fl exion of the head and legs towards the trunk is known to be life saving when prolonged stiffness impedes respiration in infants.
QUIZ ON CHILDHOOD EPILEPSIES
Q.1 2 month old boy with uneventful birth history started having very frequent focal seizures arising from different regions of the brain. Prolonged VEEG showed migration of the ictal rhythm from one focus to another in some of the prolonged events. MRI brain and metabolic studies were normal. Anomalies in which of the below mentioned genes might lead to this clinical syndrome? One month old baby girl presented with episodes of tonic posturing, cyanosis and frequent myoclonic jerks. Grandmother noticed that almost all of these episodes occurred while the baby was awake and was put in the supine position. The attacks were relieved by fl exing the legs. She was started on clonazepam by her pediatrician with signifi cant improvement in the frequency and severity of these events. 
B
Explanation: This child is having probable Glucose 1 transporter defi ciency. Phenobarbitone is an inhibitor of glucose transporter system and may potentially aggravate hypoglycorrachia and seizures. EEG shows bilateral centrotemporal spike and waves (Right > Left) in awake record (fi g 2) along with marked activation in slow wave sleep (CSWS- Fig 3) . Carbamazepine is the most commonly implicated antiepileptic drug to induce CSWS in children with benign focal epilepsies, even though the causal association is not very strong. Phenytoin and phenobarbitone are also reported to be associated with this syndrome. 
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